Hereditary dentatorubropallidoluysian atrophy (DRPLA) is an autosomal dominant neurodegenerative disorder. Clinical and genetic findings in hereditary DRPLA are very similar to those of Huntington's disease (HD). However, it can be differentiated from HD by the pathological findings of dentatorubral and paliidoluysian atrophies and by a lack of prominent atrophy of the striatum at necropsy. The hereditary DRPLA gene has not been localised and the possibility that the two disease loci are alielic has been suggested.
It is not unusual in neurodegenerative disorders for the disease processes to involve two or more systems in the central nervous system, for example, cerebellar and nigrostriatal systems in olivopontocerebellar atrophy or cerebellar and autonomic systems in ShyDrager syndrome. However, the involvement of the dentatorubral and the pallidoluysian systems in the same patient is a rare combination. In 1958 Smith et all described such a case under the title of 'Unusual form of cerebellar ataxia. Combined dentato-rubral and pallido-Luysian degeneration'. Although several sporadic cases similar to that of Smith et all have been reported,2A this particular disease, now named dentatorubropallidoluysian atrophy (DRPLA), seems to be extremely rare in western countries. However In family 3, the affected father (I-1) typed as EcoRI 2-1 (E 2-1) and two affected daughters (II 1 and II>2) typed as E 1-1 and E 2-1, respectively (fig 1) .
In family 4, the affected proband (II-3) and his mother (I-2) typed as B 2-1 and B 1-1, respectively. In the third generation of this family, the affected daughters (III-1 and III-3) typed as B 1-1 (fig 1) . The affected father, typed as B 2-1 (II-3), must have inherited the B 2 from his affected father (I11) who was not studied. Since the predicted phase would be the DRPLA gene on the chromosome containing the B 2 allele at the D4SJO locus in this family, two affected offspring (III-1 and III-3) were likely to be recombinants between the loci.
The lod scores obtained for each value of 0 in individual families are shown in table 2. The combined lod score was -2-281 at recombination fraction 0=0-125 and lod scores were negative at all recombination fractions. The locus for hereditary DRPLA has not been assigned. Once the gene is assigned to a specific chromosome, it will be easy to differentiate this disease from HD and other similar diseases using genetic markers linked to the disease locus. In addition, the localisation of the gene and the finding of closely linked genetic markers are important, not only to isolate the gene itself and to establish the features of the disease, but also to provide prenatal diagnosis for families who request it. Towards mapping of the locus for hereditary DRPLA, linkage analyses using highly polymorphic DNA markers on different chromosomes are under way in our laboratory.
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